Objective-To report 10 children younger than 10 years of age with benign cutaneous polyarteritis nodosa (BCPAN). Methods-Ten children aged 1 25-10 years (mean 4-7 years; M:F = 7:3) were admitted with an unusual vasculitis. The clinical features, laboratory investigations, treatment and follow up data were analysed.
Vasculitis syndromes are the result of inflammation and necrosis of the blood vessel walls which may result from a primary involvement of the blood vessels or may occur as one of the features of other well defined diseases (systemic lupus erythematosus, rheumatoid arthritis).' The American College of Rheumatology (ACR) 1990 Most cases of necrotising vasculitis are the result of immunopathogenic mechanisms set in motion by hypersensitivity reactions to known or unknown antigens.' 4 Benign cutaneous polyarteritis nodosa (BCPAN) is a rare disease, involving mainly small vessels and some medium sized vessels of the skin, muscles, and joints. It runs a benign, chronic, relapsing course. There is no evidence of hypertension or organ dysfunction even on long follow up. 5 6 More than 100 cases of the disease entity have been described, a majority of them in adults. Some authors doubt the very existence of this type of vasculitis. 7 8 We report our experience of 10 children aged less than 10 years, with BCPAN presenting with peripheral gangrene and autoamputation as a striking clinical feature.
Patients and methods Ten children with vasculitis syndrome presented to the Department of Pediatrics, Postgraduate Institute of Medical Education and Research, Chandigarh, India, between August 1980 and December 1991. At presentation, the ages of these patients, seven of whom were male, were between 15 months and 10 years. Duration of illness at admission ranged from two days to four years. All were febrile. Three children had marked itching heralding -the onset of fever. Clinical features were typical in almost all the cases. The diagnosis of BCPAN was based on the histopathology of skin biopsy, which was positive in nine of the 10 patients. We have prospectively followed up these children and analysed the outcome.
Results
The characteristic features of the disease were skin manifestations which included maculopapular rash, skin nodules (painful in only one child), vesiculobullous lesions, purpura, ulceration and livido reticularis. Livido reticularis may have been missed in some children because of the dark complexion of our subjects. Peripheral gangrene was present in eight children (figure). Two patients had black, necrotic patches of variable size on the extremities and the trunk. Arthralgia or swelling of the large joints were noted in seven children. Radiographs of the affected joints failed to reveal any abnormality of the bones.
The possible factors (antigens) triggering the hypersensitivity were streptococcal infection in two children, Plasmodium Our inability to demonstrate immune complexes was not surprising as many children presented quite late after onset of their illness, by which time the absence of immune complexes may be explained by their rapid clearance from the circulation.' Cryoglobulins were positive in three patients, persisting for eight months in one (No 1) and disappearing in two (Nos 4 and 7) within four weeks of their admission to the hospital (table) . The possibility of a combination of cryoglobulinaemia with vasculitis was considered initially in patient No 1, but the age of the child, the response to prednisolone and melphalan, and the progressive decrease and disappearance of cryoglobulins from the circulation did not favour this diagnosis.
The usual therapy for BCPAN comprises low dose corticosteroids; a few patients may require cytotoxic drugs in addition. 6 Other therapeutic modalities which have been used are NSAIDS, sulphapyridine (in BCPAN associated with Crohn's disease), pentoxifylline, and chloroquine, all of which have been reported to have a certain degree of success. 7 12 This vascilitis was benign in that it was not life threatening, but six of eight children with peripheral gangrene suffered autoamputation of the toes and finger tips, while in one child a foot had to be sacrificed because dry gangrene extended up to the ankle. Recent literature has raised doubts about the benign nature of BCPAN. In a study by Minkowitz et al, seven of the nine adult patients had involvement of at least one organ other than the skin during a follow up period ranging from four months to 14 years (average 3-8 years). '3 None of the patients in our series developed systemic involvement during the period of follow up. 
